In 1900, Klippel and Trenaunay1 first described the classic triad of cutaneous haemangiomata, hemihypertrophy, and varicosities. Subsequently, Weber2 reported several subjects with the additional features of arteriovenous fistulae. The eponymous designation of Klippel-Trenaunay-Weber syndrome (KTWS) is now universally applied to the disorder. 
Differential diagnosis
The Proteus syndrome-97 can be differentiated from the KTWS but syndromic boundaries are ill defined in both disorders and overlap occurs. Subjects with Proteus syndrome lack the cutaneous angiomata found in KTWS, but have bizarre digital overgrowth and the additional features of subcutaneous lipomata, thickened skin of the palms and soles, cranial exostoses, and multiple soft tissue hamartomata. Sturge-Weber syndrome, neurofibromatosis, and Maffucci syndrome have some manifestations in common with KTWS but usually can easily be excluded by recognition of other characteristic stigmata.
Management
There is no curative treatment for capillary haemangiomata but cosmetic creams can mask disfiguring lesions. Surgical relief of obstructed venous channels and excision of veno-occlusive fibrous bands has been advocated,8 but this management has not been universally accepted. Stripping of superficial varicose veins is contraindicated due to the lack of an adequate deep venous plexus and the risk of aggravating venous stasis and oedema. The wearing of elasticised stockings is recommended to minimise these latter complications.
Persistent severe varicose ulceration and secondary infection resulting from chronic oedema may eventually necessitate limb amputation in a minority of affected persons. Recently a pressurised sleeve has been devised which, when applied for a few hours to an affected limb, massages oedema fluid centripetally. 
